Objectives-Since Devic's original description of neuromyelitis optica in 1894 there has been much debate regarding its aetiology. A specific cause has been identified in a minority of cases but in most the question has arisen whether or not Devic's neuromyelitis optica is a variant of multiple sclerosis. This study was undertaken to help clarify this issue. Methods-Neuromyelitis optica was defined as (1) a severe transverse myelitis; (2) an acute unilateral or bilateral optic neuropathy; (3) 
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Objectives-Since Devic's original description of neuromyelitis optica in 1894 there has been much debate regarding its aetiology. A specific cause has been identified in a minority of cases but in most the question has arisen whether or not Devic's neuromyelitis optica is a variant of multiple sclerosis. This study was undertaken to help clarify this issue. Methods-Neuromyelitis optica was defined as (1) a severe transverse myelitis; (2) an acute unilateral or bilateral optic neuropathy; (3) no clinical involvement beyond the spinal cord or optic nerves, and (4) a monophasic or multiphasic illness. The clinical and autoantibody status was documented. Patients underwent CSF examination and MRI of brain and spinal cord. Results-Twelve patients, with a mean age of presentation of 35-1 years, were seen. Eleven were women; vision was reduced to counting fingers or worse in 10 patients and seven became confined to a wheelchair. Examination of CSF showed local synthesis of oligoclonal bands in only two patients and a neutrophil pleocytosis in two. A possible aetiology was identified in five: a specific connective tissue disorder (two), pulmonary tuberculosis (one), and possible acute disseminated encephalomyelitis (two) . Six had non-specific increases in various autoantibodies. Eleven patients underwent MRI of the brain and spinal cord. In 10 there were diffuse abnormalities involving cervical and thoracic cords with extensive swelling in the acute phase. Brain There was full recovery after intravenous steroids. Eighteen months later there was a recurrence with bilateral progressive visual failure unresponsive to steroids. Brain parenchyma MRI was normal; there was intrinsic enhancement of the optic nerve with swelling at the chiasm. Biopsy showed a reactive astrocytosis. Six months later she developed a complete transverse myelitis with a sensory level to T6. Brain MRI was again normal; MRI of the spinal cord showed diffuse swelling and signal change from C3 to T5. Her CSF showed a pleocytosis (white cell count 225/mm3; 80% polymorphs) and a protein count of 1-47 g/l. Oligoclonal bands were negative. She was unresponsive to steroids and remains paraparetic and blind. is a compromise between these two extremes, which seems to us to best describe a group who present a real challenge in terms of diagnosis and management. The essential requirements were: (1) a severe (more or less complete) transverse myelitis, an uncommon finding in multiple sclerosis; (2) an acute unilateral or bilateral optic neuropathy; (3) no clinical involvement beyond the spinal cord or optic nerves, and (4) the illness could be monophasic or multiphasic. We were particularly interested in evaluating the CSF and MRI findings for brain and spinal cord in this group of patients.
In five of our 12 patients a probable aetiology was identified. Two had probable acute disseminated encephalomyelitis, with a monophasic bilateral optic neuritis and transverse myelitis developing within two weeks of a non-specific infectious illness. Brain MRI showed multifocal lesions of the cerebral white matter at presentation, some of which had resolved at follow up after four and 18 33 In conclusion, we believe that the present series of cases identifies Devic's neuromyelitis optica as a distinct nosological entity. Although it may have multiple specific causes, an immunopathogenic mechanism seems likely in all patients, and the clinical, MRI, and CSF features are distinct from those seen in relapsing-remitting multiple sclerosis.
